Abstract: Perivascular epithelioid cell neoplasms (PEComa) are rare mesenchymal tumor that can occur any part of body and have unpredictable biological behavior . They are usually benign but can be malignant. We present a case of MALIGNANT EPITHELIOID ANGIOMYOLIPOMA ,a type of malignant PEComa, an exceedingly rare diagnosis. We are reporting this case not only because of rarity but difficulty in diagnosis and management of this malignancy as till date there is hardly any standard guideline on its management.
Introduction
The World Health Organisation defined PEComas as "a mesenchymal tumour composed of histologically and Immunohistochemically distinctive perivascular epithelioid cells". In 1996 Zamboni et al first described a group of mesenchymal tumor with presence of PEC to be known as PECOma.The Perivascular Epithelioid Cells(PEC) is a cell type with distinctive morphological, immunohistochemical, ultrastructural and genetic features and they are constantly present in PEComas that includes angiomyolipoma, So ,the tumor came out to be a left paranephric malignant PEComa with infiltration in Gerota fascia and positive left renal resection margin and we reevaluated the case for reexploration for left radical nephrectomy as R0 resection is the only possible curative treatment of this malignancy.
II. Discussion
Though classical renal angiomyolipoma is the most common type of PEComa with a prevalence of 0.13% but epithelioid angiomyolipoma that is with predominant epithelioid component and poor fat content is exceedingly rare.This type of PEComa was first described by Mai et al in 1996. In 1997 Eble et al published a report of five patients with epithelioid angimyolipoma. The epithelioid cells are characteristically pancytokeratin negative and HMB-45 positive.Kato et al in 2009 described malignant epithelioid angiomyolipoma that metastasizes.According to classification of Folpe et al,as described previously,our patient's tumor had five criteria suggestive of malignancy, >5 cm diameter,infiltrative growth,mitosis>1/50HPF,presence of necrosis,high nuclear grade. As chemotherapy and radiotherapy tilldate has no proven efficacy in the treatment of these tumors complete surgical (R0) resection of the tumor is the only available treatment option with curative intent.
III. Conclusion
After primary wide local excision of the tumor as the left renal resection margin came to be microscopically positive and fascia of Gerota was involved ,reexploration with left radical nephrectomy was done. The patient is kept under follow up by clinical examination along with radiological imaging.
